(ZZEE3)
JEARL R SRR S (PR 2 9 FREERS 1 A1)
BE (k)

IETEHHE (FR3 0OEEEHRSY)
TR ARETFREICDUNT

(2 9% 12A2 6 HEENFPERRKRRARTSEEHRRAEZR/R)

OFFE 1 IEEHFRHEARE L UREHROEM £H1T LT3
CENBRBESNIER (BIER)

OFlf2 IREHMRHEARL L CIRERFROEM £H1T LHKT 5
CENBRBESNIER (BR)

OFIFE3 IEEHFRHEARE L UREHROEM £ L TLELE
I3 C LN BB E ShERR—E

OSZEEH1-1 EARFEERSEARARNSE KBTHRRGAEZEESTERLE
OsEEH1-2 EBETFTHROETEDFIE
OsEZE¥H1-3 SEDRTDa1—)l



HEEHR (T3 0FERRD) ITFEIRIAFRICONT

TH29%12HA268H
BEAEHNZEZRREARIERS
EE#HE R BRI ZTERE =

1. LIS

O AXRFERIF. Tk 30 FEICH-ICEEREBBORNE E L TEMT 5%
fm (LU THEE#m (FR 30 FEERED)] &LV5,) [TDULVT, R 29
FIRADBAKYSEIEYKRESEZITVD. KB, ZOHFERZMY FLHT-,

2. REDMR - Fik
O fETE#E (T30 FEREMKD) DREFICTEWNTIE, FR 29 F7 AXKRE
RCHEE#ROEHRICET HFHMNEN G SINERRERRE LT,

O EBFRmIzix.

@ FR28FEERVF/R 2 EFEHAMEEBERMARSEICSENT, BE
HMEDREFICET 2EBRNBEIN-EAEYAHIET L., RN SIE
MIREDH - =&

@ MREMHEERRNOE. EEHRDREITICET HEHRMNBEINT
EAXRNREZESHIFIEL. AEEMCEEDHH-HD

ELT . FR29FTARERETICRESIN 601 EREREXRE L1,

O o6l HERONT, BRDFEREIC, EEHROZTEYS (X1)
TR IMNEIMRHZTIEELIC. BERHFDERZH-TEEAD
NBHEMBICOVTIK, ARKRRDEREYMBDOIGREEICHRHELE (X 2)
[ TH., FETEREZT o=

X1 TREOEENALSHTERN, DERAENEILILTOEWL], TREOREZ
REEST D] TBEHEHNAOD 0. 1%REITELLZV ], EHNGZHEESFN
HILTLD] OSEHZLD,

X2 HEEHROZHICEHTIEEMNGERICLI—TENRERVHMREE7FFE 1
HICHET H2FRKOEBEZE LS,



3. RETDIHFR
O BEHOBER. 61 HEFEDNSBL 6HFFIDOVT, IEEHFROEELZTE-T
EHIBT L= COSB, 1HERKBICOVTIE, FROIEE#HHBE LTEML.
RYDSKEFZIDOVLTIX, LT IBFOEEHFEOKEICLY. BE
BYHEAREEHMLE BIR1), =, HZ 6 RROIREBEIER
HEEL, AF2nEBY LT,

O 61 EFENDSBE S5 ERFICOWTIE, UTOERANS., EEHBFRORZEH

Fm-LTWaEWeg 52 &R EHBRLI: (BIIRS3),

D TRFEOMENBASHTHL] EVWSEHEZR/-L TGN EHIRT
BENRYTHDBLD 13KFF

Q@ TAEEASHEILTULELN] EVWS3EHRZFEE-LTV RN HIRT S
CENRYETHDBD ZAUAEL

@ TRHDEEBEZVHELT D] EVWSEHFF-LTULARWEHERT S
CENRYTHS I ED 36 ER

@ TEEHLARBIZBEVWT—TEDARIELLEL] EVWVSEHEFEL
TWHEWEHIBRT A2 ENRUTHDIED 1 &R

©® TZWHICEALEEMNLGEEICLZ—EDRERENTET> TSI £V
BHZEELTVWENWEHRT A ENRYUTHSAED 13KERK

XERICE > TlE, EHROBES£H-SHVELTEELTHLELTLWELDEHS,

4. SEOEEHIZDONT

O HBRWUMLDIFBRHUNG . SEIDBRFADHR LG L EM > =K (B
RITE VW THEEH - RRMITHESITONA TOEWNVERTG E) ©. REHE
BENEAEHZH L TGV EHISNRKBICOLWTE, §&. &
BRI LT, BEFBHFHEEHMEERHAMEREBERMRERSFT
MRZXETHEEL, BEERBOSERZH-INE I NMEEFZEITS
[CRADFHENFONEET, WO THEERRRAZERICEVTERYT
BCEMNEHEEZZ D,

O ZORIZIF., BHFEMOVWTHEERRDZTEHICKAT 2HOFDRE
A5 EITHET. BRICHERHRBICIEE SN TV AERDIIBREICF
SEEFITONTH, EFOESICTELE. LEICWLTRELZITS C
ENBHREEZ D,

ULt



EE#HRRAZAERELTERE

ol

| BH

HRDEHZH-TEHMT I ENR B ESTKRE BER)

s AR OEARE B AR =i
1 [BEEZPOEFYIRILIVR — — 331
2 |A20/\TOFELEE Bt B8 2 RAERE (325) BEREERERE@RTOESR) 325
3 |EAETREEMERERE X L EREFHSHR MRS R(107) EEMRMEREEm R 107
4 |BCREMERMEREV/SEFFORZE B REMEEXEREREFRZIE(288) BEAEMEXEEERFRZECGTOEF) | 288
5 |[Par—)LiEEREEERE BEEEEEONTT) DanR— VIR R ERE 171
6 |[EXRMUEFFTHERE FERMEKERLEAE (330) ERMREREIE HXEFMTEEE 330




A% 2

107 ZEEHFRMREE 2
O W=

1. 3E
16 mRMmMICHKEL-. RETHAD 6 AR LEFHRTIEHDOETGF R THS, BEECRERFETEBELL.
HETH-HIEM OB RERD. SEIEX(MERX), BD. FFEE. BEX, BB UUNGERGES
FIFLEHINEREZES EHERDBNEHE L 2 HEROGVESHENHS,

2. RE
FRRETHATH SN, BARBOER(HLA %) LRERFORAHNEEL, BEERERREERET HE
EZoND FITE2EBTIE IL-1-1L-18-1L-6 LERFEEY A MAU DEEBMAREOPLEERDS
. BEIR A ENT-IL-6/IL6 receptor (R) S AMIFHIMERE D gp130ITHEEL. R DEKRRIGEER
95, EERATCIERNEMEOZRAEREEY Ao DEMARLN, BEEECEGREOE
HBOWIZEZRD S, T BFIEITHTHINRESIBEREEHT B0 5~10%HY . AxE
(ANABSHEFIIZERO 0T NIEN S, RNBERICEIT2EEREGEDESATERIN TS,

3. fEIK

LERTCIIREFITEVEEERERREFEV . FELU LITh-USRNEHHEL. INERE. £ 5
DY)/ \ERERR . FFRRAE. IR L (DR MR X)) GEZED D,

REET R CIXRIET A . BAETRERR. BAET AT BNEHIR . O Ch XYL EBEER N EARTH DL, BFIZH
BEE L FREREES, ETY HLBERE ORI/ EREGE DB ERE L BETKEEESE
B9 RAOREFTREBETCEESRORALLD, [ESRRITEHHNEEIRIZD. BEE TIER S
BET.IRERIEETMm. Z0H. BREFZ D, BAERDFIHELIIEBRICKEL. RESIBRNETTS
BlEHd. RARICE--BEOFHICRHSER CHRERE (TREEC/NEE) ARSI, BEHER
HOEMMBEE -RETEUEZRETODRRLL D, BEHERESLHNFERICHON., $93%ITHELS
R -EEYREEEL D, SESERFAEE TIT. # 10 F£T 60%(HI FEFE. BRME, ORE, SIREA
BREMELGEDREHELTRET 5. T, FE-RMEBEECIERATEL—BRREFRLIYSERLS
hd,

4. BEE

FEfRI T L TIERTOA R RAEZ (NSAIDs) PO EXTACRDOEFRANALGNS, 25E T
BIBRERTOMRDIREFEABH TEL AFILTLEZV AV RAEELGEERAEATOARER®
MFRBEARALSND, EETRABED P ODIERBEMFHZE (F— B AL XY —R [CKPEREAT
HEN. FHITE A CREKIRDETHH D, ATOMFIERE-BEEBEXREOEEREBETIL. Y
AITHRALLND, EE R OH#AF LTI, ZO MO REMHF (200 LR HSYRXILITFE)
U ATSFERGE) DHRY EMENEF (TARIILET TEFVLIT MR TRE) DHA
175, BAEBIEN ET LB TIXEE R M O A TR HAEEINS, SEIERITHLTIE. RT



5.

AR REEZPLELI-BATABENE—EIREG S, BAITAEICERE/BHREOHITIE, ATA/FDE
B 5 0REIFIF(MTXRE) EMFMEER (THIVLIT AVTIVXIITEE)DPRBELED,

MR ELEABICES>EEOFE B TRENFIFEENZNHFOHAALNDET, EHERIZLDE
BaVrO—LHARETHD, RABBEICELTIEthD EMEARE] (T2 Th . A20T)F<T . T
JLART ZILM)YITRI L) OFAELHRESA TV, EIR-BAEF LT HEHTIE. BBIR -2+
[CEEDVLEVVEBREANDEELRTT 5,

Fik

£5HDH 10%I&FEHICT/O0T77—UFHLERBEANOBITHROLN . BEUEAEINLEING
T EBEREENERNRREEERE - SBBFFENEITLTERIZES,

BAETE D 16%ILFEMEMET XN EEFEL. BEEE - HREE -MFILFHIRIND, F-IBHEFHITE
7950 DEXREADOFELREN, FEHBIEICKIEEMMEEEIES . B SNRETAEITTS
LEESFHNDET(RE 45 ETH75%)HD. NESBRITABRPTERRITFEHMEERD. #AHT
[FRBADBREEES RESBERBEDEHN 10 ELINICRHFHEZITTEY., IBRLY XA
NEZTHD, FHEFITIE., MBAERDOBIENS 20~30 EERICALIEE - AL XDOBBEBREMA
MEBELGLABRERE - PLETNERBICHRT 5120, RPANGABRSIUVEEEICEC -4 EHIR
FETLHRCEEL 03~1%ESNTHEY, vo/077—UF LR, 7I0/F—2 X BREEIZLD
LOBRESN TS,

O EHOHFEICHELEIE

1.

BEY

#9 8,000 A

FROHE

FHEAOKRERZNE. AECRERE. BARERORELGEDESNTREZINTIVD)

MRMIEERAE

REEM (AR ORERBRELTL OERNFERAINIS . WThERERETHD)
RHDEE

B (BAET R AR ST - IR T, SESERXLBERE T BFAENDETHD=0)
&) (Edmonton 2T ILAR 2 3EE#E 2001, BRI FESRK DS EHE)

BREESEE

MR LDEFEESFLAVT. WTIMNIEBTIEEETRNRET D,

O E#RHT
BAMARBERERMRER BCREXREBICEHTLRAEHR

MARERE RREMNERAZRZREEFHREVAEN BRKE-UIIFREE &2 LR F
SHEPIRE RREMERAZXREZREEFREVIRN AERERRFRFHEE 28 & =



BAR/NMNERRZER, BRNRIIRFER
LFRERELE KREMAXZXZFREFHER/DNER B#H BEEAR
BREXFREREEFREMERNER ZEAMEE HKHAESL



NESREFHFRMERBE %
<EHEE>
Definite % & &9 5,

A. fEIK
1. 16 DAL B LIRTICFKAELT- 6 BRI LI EH T HIE1E ORI X T, 2B L LRI EH#5,
2. RDEE D1 DL LDEEREHES,
a BBIR7THIBE
b £H D/ \EilER
c FFEEAXIXIFEX
d $EE %

3. RABIURKRICEEEROEL,

<zZWoHTI)—>
Definite:A DI R THERE=THLD

<&EmR>
A. EEERERMR
- hEREA. UORR NS BRI REEBET O SV EF M TR X E. LIXLIEMIEZR  DIEX.
FFREREZ £,
- FHEMBEREOELLLTHLRMDEEZZEDOLHM IFPERALHED 80~90% U LEEHHERH
BEBEROHT . I/MrIEZ . EMOETRENFHTH D,
- FILNEL CRPLEETH D, MEFETIOAMFALSEELGD, F-RENBMALLEICH-VEBHEIET S
&L IMiE 1gG LM B,
- TxUFUAEHIEMT BHHZ 0 (EEHITIE, v/077—U B ILERBADBITITER),
- IL-6/IL6R MREETRKICEER THAHZEAHIBAL TS,
B. &2
1. RRE, RRDHICTZUICEH ST S, ST R ORI RS E R TIE, L5 2
PMTONDLENH D, MBREETLRENGCREEB FE0V, REE. BREOBREZFLATI®
ENHb,
2. hEREA. HEALHICELH)IIMMINS . BERDEFEAELZHOMNIT HIENTHREHTH D, F=.
A &1 2¢iE O F¥ M1/ ER PR AOIE 1 (PR Ak - SERAETET 70 RSN + ZAM BRI D2 R) AR AR TH D, DL TH
RZWEITI,
3. MEREIZKDRAEF R OFHE (FIL{E. CRP) #1735, £z, ¥/O 77—V B MHLEERBEADIEIT
[CVEERVBBRLIRBEOELADORIENEEICLS,
C. # A2k
- RREAE  SMERRRE . BILAE - BUIGE | fm R AL ERAE | (B AT T
- BEEITH T AT LI F—RIE: VAL AEMERE BAEIR B



- RIEMBREE VO K., EBERE %

- DI TF RS  IE RAEIREE FICKBIRAEIREE ., EHEZRBIRK) . 25T TIM—
TR EFEREH%

- EEMHRE-BHES: AR, iR FEE

- BCREMAERER: T4 R A L fa8 A E MR B (NOMID AEEEE) F 7= (X128 1% R AE M 10 4% 52 8 R &
fE{ZE¥ (CINCA EIREE) . & IeD fEREE. RiktEhhiBEL. TNF ZSAKREEE AT R EVEIREE
(TRAPS) . F¥YRILI IR

<EEESE>
EEFIZERRET D

EEFIDER: LTOVWTIMEZLET HEFEEEFEEERT D,
ORTOARDFE - HIL AR T, REMFHFCEMZHHEFOERANDBE

O /077 —UEHLERBEZEYIRY
O#talt - ETIEDEMHAZEEH IS



2) e R E SRR A
<EOBREE>
Definite. Probable %% &9 5,

A EIR
1. 16 O FAE B LIBTICRAELT- 6 BRI LT 2181 OREET %
2. a RAE6HNALURNDORERBEHN 1~4 HFFICRBL. £FBZELT 4 AT ORBEI&
b F4E 6 HALINDRAERETH 1~4 HARICRBL. F4E 6 N A LUEIZ 5 hEFLLEICEFT A ADND
c FEIE 6 M A LR D RIERIEIAS 5 MATLL LI K SEHHT %

B. REMER

. HLA-B27 [&t%

O R A FIEN

3MALEOEIRES N TALEES 2 B EY TN FEFEEE

K ER—D U LD ESFT R TR R E RBRLI-AT R F - (XEERIRGEZZED S,

AN =

C. &Rk
BRERU < F ., SEEERAE &, (B AR EREE X DY O F KR MEREIREE. BRPE., KEM
BEE. EMER. v vRILTUR. HOREMRE

<gEOhTI)—>
Definite: FEEDWLVT NMNIZHETHLD
BB OBEEHA AN 1 B8&U 2aE . BM 1. 2. 4 &=L, COERTREEELRIILI-DD
EERRDBEEHAAD 1 BEU 20 £E.BD 1. 2. 4 %=L, COERNTREKRBERINLIE-ED
oI REFIEMESEE X AD 1 LU 2cE.BD 1. 2. 4. ZiEf-L. COERNTRSEKRELFRNLI-ED
DO FRFEBESEE X AN 1HEU2cE.BD 1. 3. 4. =L, COERNTREEEZRINILIEED

Probable: ZNZ D Definite DEHEIZHLVT.B D 4 Fi@m-GED

<BEmMR>

A SEIK
RAERAE LK : BAENJE . BAETAEAR . 2Rk, RIENEHIRR. B Th(EXY, BRAE/AE . BAETRE
BASISMEIR : BB, K5 . FFRERE. 25/ \EilERR. IEX . BB, [ESBE. YO ThA MG
REIBRBICLD - REE ERMEME. @HEERBE. AREE. TRREREGE. /NEE. BHERKRE.
TIOARF—2 R RNEE, AREE

B. REMR
MZRRE : RAEMR (BMmMBkIES . CRP LF .| MALREETE., MR LF2E) . Bk (VoI

10



FEF-indiEg)  BE R R (Th)voRA907 074+ —E-3 I ERHHMN. Ch
BZERBDHIEVERIBH D,

EGRE BEMIYIRR-CT RE-MRI-BEEETRRELGLEZTS. MERERBRL-EIRFTRICIE. /&
RETE - BIRIEE - BRERIE - MRIBMGE N HY . BEETIRG & (IREET R IR/ME . BIETTRIE.
B ERE/BE. BULAREEWND,

<EEEE>

BREELZEHIIT. TROVITIOEFB -TLOEIRET S,

1. EFEMHESHROFEHFMEREZRAVTHFEEL L DOKEEFENM (Juvenile Arthritis Disease Activity
Score-27 2.1 LLE)Z5BHBHLD

2. modified Rankin Scale (mRS) DFHiIRA4—IL T3 LI L

ORfRE%E
BEBPIUTOITRTOKRENEILD 6 " AULERT 52LDEFERELET D,
1. SEBMERRET R ALY
2. FEMESRESERM ALY,
3. FILMEIEHE* Ff=[L CRP<0.3mg/d|

*IEEE: 50 mki@ BME=15mm/h ZME=20mm/h

50 LLE BiE=<20mm/h & =30mm/h

4. BIOIHIEYMN 15 LT

<&EmMR>
FEME IR S KU R ERE SR
OJuvenile Arthritis Disease Activity Score (JADAS)-27: LL FMD1~418 H DO EIEDLFITFMI 5(0~57)
1. FHBEE LS 2T (VAS) (0-10cm)
2. BEITEDHLMETME(VAS) (0-10cm)
3. EENERAEI K B (0-27)
*EREIBROHLHEEH ., ERNEVEEILBEEFICTEANH S (TRSHE)
4. BEALIRILAE** (0-10)
sok(FRIE 1R B (mm) - 20)--10THEE (20 mm/hKi (30, 120 mm/hLL E(F10)

JADAS-27 MOREETR: MM 27 BEghdh . SEENMBEET R B EDDI TS,

11



AN

ER/NREI I FEMAZERICKI DEBREEICHEN, 1.1~2.0 ZEEREBFSHME. 2.1~4.2 Z2HKERE

Bit. 42ULESRBEIELT D,

O RefEE T f+E 2k

B ARrmodified Rankin Scale (mRS) #ITEH#=

modified Rankin Scale

BEICTRES

0 | &EEMRAZLY

BREREMbEHIERAHGVIRETHS

—

FENE X H > THEALAGZIESE (T4
BEDEDHOERIITAS

BRERR MR BIREH DA, FAELUFTADIT
TWRELFBICHIRIILVIKETHS

2| BEQEE:
RIEURTOEHAETITAS DT TEHAGEL
N BADOEDOEYDIEENBIELIZITAS

RIELURIALITO TV HEELFBICHRIEHS
AN BEEFEFEILTOSIRETHS

3| FEEDREE:
AhDNEIZELEET HH., HITIENBIGEL

—y— =

IZ1TR%

BV AR EHEZER AL B EICIEI B
ERELTOIN.BEDSIT.BE. BELGADH
B MULRBEICRNBIZBREELGVRETHS

4| hEENMEREDEE:
HITOHEMERICENINADETHS

BEST.BE. BELGAHDHE. MMLAEICE
THZEBEEY DN, RSN EEDELLLENK
EBTHD

5| EENEE:
BEY B RKE, BITNELRTFYELE
b )

BICHEIDNBELELT HIRETHS.

6| T

WL YE K OVEEE OB 1 5 EFIR
1. WEAZEICHWDERIER., AT LI L T,
NOFFAO LD ERAWTHELZ 22 (72721,

SRATREZR B DIZR D)

1

W EIZRRBEOBREN 72 WA IZIE. VT
MR OFE & R T EERIEIRE Th - T, T




. IBRBRAMGZIC BT 2 EIEE D EIC OV, MU RELNEEO T CIREMTOIL TV HIRETH
ST, HiL6 » AR TR EVIRIEEL ERfi W52 L L35,

LB, EROBEN FREOEEESESE CEU RICEY LW E Th L0, mEE R ER AT
D EMMERFIZONWTIL, EREIRONE LT D,

13



177 DarR—)LiEIREERSEE S
O H=

1. &

Dan—)LEEREE(E, 1969 FIT/NMERIBRIEEFHEFRIET ., K. BEDEN | IREKESHRELLES
EYHERBELTHESN-, TRk, BIERE . B, HFES. OEERE. 15 (A 2E OIRIELVERR
FEREESITENHESN  CORBHICITRIHRFZNGRE DR B EE (MTS: Molar Tooth Sign) &4t
BIZETEHLIHEIIEN LMoz, ZD=H. COVAR—)VEERRESC—ENKERE, Da—
IVIEIRBEEZ DREERE (JSRD) EFEREKSITH otz Dar—)LIERE L. REEGTFOEVNS 28 &
BZH$EEIN TS (UBTST (OMIM: 213300)~JBTS28(OMIM: 617121)) , Z DEEERAEFE (. INER D
MTS &, HRAGREEICHMES . EBES. REEE. FEE. BEELEEETEHLETHH AT
HIEE., BEFOEENLETHD, JSRD [ZIX, HBAEMEE (OMIM: 243910) , E=F—)L-O—~7 4
{& 2% (OMIM: 266900) . COACH fiE {&&f (OMIM: 216360) , O-EE-fEfE 1% A (OMIM: 258860) % E N EFEND,
ARERBETE. MNES. EFEE. ARES. EEEL/NRHEHISEHL. RATEH. BFE2D
OBEEMGEVLEBENDETHY . REEETHS, BEEEEET 1971 FICARESICKYRES
NEERET IARHBRHIVEEFEHENRZIER. A XUAEES. ElRT (RT7OVE) . RETE,
INEREBRIE, TEHRBREREREZZEL. BEEMGLEETHLEVLNRAFTIIRT T IERBARSH
BEHEETHS, E=A—IL-O— U EREETIE, Leber EXE. BELMHE. #7OVE. BEEE
INREAKYEHL. RATEBREREE (KBAZE0) LEFRL2OEENVLETH S, COACH fEIRETIE.
FEHER. DMK, IREIERIE. FFHREEZ S 6L, A TIEFFHRMEEIC L 28IREO H MO T£.
BEFR2DEENLETHS, O-E-IRERMTIE, OERGEOORRE . SEEmEiE (B FH. L&ExL
R RE (RRTNAE . RERTHOTEAOERBER) EEHT 5. RATIHMMEZFICERT HEF
XENMLETHD, O-E-IEEEHO—HIEIX R2EBALHETRTHLIN. tELTIhIELERSEE
EERETHS,

2. RE
WEICBEd 2 36 sEIEF (AHIT, ARL13B, BID1, BID2, C2CD3, Chorf42, CC2D2A, CEP41, CEP104,
CEP120, CEP290, CSPP1, IFT172, INPP5E, KIAA0556, KIAAO586, KIF7, MKS1, NPHP1, NPHP4,
NPHP5 (IQCB1), OFD1 (CXORF5), PDE6D, POCIB, RPGRIPIL, TCTNI, TCTN2, TCTN3, TMEM67,
TMEM107, TMEM138, TMEM216, TMEM231, TMEM237, TTC21B, ZNF423) & MNRETHHH ., TDH
FERREIETATH S, BERIERFTIE CEP290 B FDHEDEENELRATHLHH ., TDFRAERE
EFRBATHD,

3. fEK
WFhOKEEL, JLRHICHRRET., FRESAAONSIENEL BHLVBMHES K ZEFH
HbN b, BEED MRl Tl /NMNBREIRIBETEHRBERAEE MTS)ZET 5, F-. BERE-EHE. B
ZRGENAHALNLIENHY . BEFILETHE TR ABRDOEICIT/NRAETIIRT TSI LEH 5. F
. FEE. OBRERORECHEOTH. RETELGEEZEHIT LN H S,
ERERBETE. BTL2O-OBEMLGEVLEBIEEZEY b, =4 —/L-O—FUERETIE, X8

14



BAREL%E1-9, COACH ERHTIX, FAL2. BREICELIENH S, O-EE-18ERE TIX., Z18[E
EHEELY,

4. BAEE
WD EIAREARGAEREIILWD, Ko TARIIEEREDHATHY ., BEEEZDLELE-ERENE
ETHD, BRAHITIE, EERICIEC-FHRER L. FFRRiE. BEN. ERELENTTHhNS,

5. %t
ERFTRIE. BB EEEEIC LD, RABTIE. FRELHIRE. EFRELFDAHEIZLDIE
ThAHD. AEEEBETIIRABEDIGESIZIE. BARE2D=H/NRFETIZRTIT S, BB OBEBIHEIC
LY. RAPEHORELH S,

O E#OHEITLELEL
1. BEH
100 AR
2. RROWEE
TH(RREGFIEFESN TSN, REETEHATHD)
3. MBRMIEERAE
REEL (RHEREDH THD)
4. REOEE
LE(ETHETHD)
HY (AEUHERDZIEE)
6. EEENLE
DO~BDNTNMNHLTIEERARET .
(Dmodified Rankin Scale(mRS) . BE % & . RO ZFNEFNDFEMRT—ILERWNT, WTFhhH3LL
i
QBEE:CKD EEENEE—IIVTHFROEIDIBE,
CHREEE: RIFLADIRDBERNMNIKEDEE,

O E#IEHT

BOAMRBBEMREE VaR—IUERBRE LUV aN— VERBEEREDZEIIBELLRERAA
FSA ER - ERD=HDHE]
MRARRE EiIFH #RERMELVS— ER FEtc

15



<EHEE>
1) EEERE
Definite. Probable Zx{& &9 5,

A FEERK
DEEOREMESHKEER
QILH RN L BEHICET DHETHEBTHEERES
QBN SALNSREEE BIEE N RIBLEELHEIENH D)
@O RETE(FEHLIVEHEAETEROESNH LN HD) . SLUREHAEZRE. SR
RE. RELGOZHESIEDH D,

B. REMR

BAER CT. MRI FT R TOMEMEHEFHIEE :Molar Tooth Sign(MTS) 283 2 ix&t 0 /M RE DR AL E
. HDDIEMTS [FHEVOAVNNBREBOREELH S,

Q@iukiEzE &1, & BUN, YL 7F= MfE

QRBE ERBER. & B 294909’ A7 YUK NAG R

@MFEELL(ERG) RE  RIGHEXXILER
B CT.MRI, EERERE SHREEER

@BAER: RTOE

DOEEEBTI—1RE  IERART. FFIEX. FFEELE DIFES

C. $ERIzZH
UTDEREEERNT S,
DaAN— LIEER. t=A— /L -0—45 2 fE{&EE. COACH fEIREE

<zZWoAHTI)—>
Definite: AD4IEE £ T+BDDZ#m L. CEBR L= D
Probable: ADDED+BNDD+BDOMNSDDREFRE4ER LU EEHE-L. CEBRNLI-LD

<SEMR>
1. BRERFTR
RN OKK. RREE. FRAREADZENH D,
2. BRFHIRE
BREBEEFELT. CNET CEP290ERFOHREDNEENMON TS,
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2) DaR— )L IEIREEER B (B BEEREZRO
Definite. Probable %% &9 5,

A FEERK
O HESREEF
QB ERET (XICELRE) FEBEBRADEEH S UILEEE
QEEITIR (FEILR, SIFIR, KFFEWAGLE) | F(EZDBEE
DRREKEEN R 1T- BRIk - MALGERKESDEE

B. REMER
BEER MRI flT R TOME TR FRIRE
(DMolar Tooth Sign (MTS)ZH ¥ Bik# /MM REBDHREE N H S,
QMTS [FAEWLAS, N RER DR EE A H S,

C. $ERIzZH
FT—/ IR -FT7)=3R. FoTA— D+r—h—ERE. O—HUERE. EEERUIME S/ NMNERES.
CHIEER, FH/DMNEMEERNT 5,

<zZWoHhTI)—>
Definite: ADDEQ+BDDE#ET-L. CEBRLI=ED
Probable: ADMDEQ+ADRFE=IZ@D+BNDQ%E#ET-L. CERI L=t D

<sEmR>
1. BRERFTR
OEFOHY  BHLERITRVATEE. SVSROB. B TE, LLVA2, XKELEAOLL=A00,
FORH . BEOHNRAER. LRZOEF. BETEWENGE,
QIR[EE . BEE. ifFES. DERAHEORE (OER. 2EE. & -OEHKHE . ERO/NFHEE) PIEOF
WlalEEHTHIENHD,
2. BREmMR
OmERE: Bl EHEEEE. FFEEESRE
QRBRE ERBEERK. & B 29490507 IREE
QIRERE : IREIE-MIEXE. BELEHLE
@HBFEELL(ERG) RE  RIGHKX T (TER
O EEEIRE : IEEE CT. MRL, BERREICLHIRIAT. FFRHME. FEELEDFESOLEMET
BlALEDEREE
CB&ER: xTOVE BERLGEOBES
@fidi MRL: L8R TV ILVEHR TO L /NSO B H BRI H TR X DK
3. BIFHEE
BEEEEFELT. SNET 35 &IEF (AHIT, ARL13B, BID1, BID2, C2CD3, C50rf42, CC2D2A, CEP4],
CEP104, CEP120, CSPP1, IFT172, INPPSE, KIAAO556, KIAA0586, KIF7, MKS1, NPHP1, NPHPA4,

17



NPHP5 (IQCB1), OFD1 (CXORF35), PDE6D, POCI1B. RPGRIPIL, TCTNI, TCTN2, TCTN3. TMEM67,
TMEM107, TMEM138, TMEMZ216. TMEM231, TMEM237, TTC21B, ZNF423) DZEEMNFHEIN TS,

<EEERE>
DO~BDONTNMNHLTIEERNRET D,
(Dmodified Rankin Scale(mRS) . BE X &, FIRDZNEFNDFEER 7 —ILERLT,. WTFhhM3LLLE
QEEE :CKD EEENFBE—IIYITHNFTOEBHLDEHEE
QHRERE: RIFEADEDEBERANIKREDIEE

(Dmodified Rankin Scale (mRS)

H A Fgrmodified Rankin Scale (mRS) #I|FE&#E

modified Rankin Scale

BEICTRER

For=EERA L

BRERSLICMEBIRMNELITRVVRET
Hd

FEIR (I H > THEAGMEEE (TN
BEDHDHOFHIIITAS

BRERESICHMBEHIREHHA. FIELL
HIADIT O TV EERLFEBICHIR TR
ETHD

BEDEE:

RIELFTIDFINT RTITASDITTIEAR
WA, B2080EYDZEIFXNBIGZLIZTT
25

RIE LRI MDA T o T EOFENCHIR
FH5HN, BEEFIBILTHWSRETH
%

hEEDES:
ASHhDNBENENELET BH., HTIEENEA
LIZITZ S

BV AR RBHEAERALAHGREIS
ENBZELELET IS BESHT.BRE. &
ELEHOHEF. MMLEBEIZEINBIEBES
LBELWVREETH D

hEENCEEDES:
HITOSERMERICENINIBETHD

BESHT.BE. BELEHOHE. MLE
EILINBIERBRELT DA, FiRka i
DEELGUWRETHD

EEDEE:
BEY, RERE BITNELRTFYELE
E9%

BISENDNBIZDLELETHRETHS

A

BE-

FE (N)DQFHHART—IL

0. fEfR7%L
1. BICUE5. BEFELNECELRVEEDEENH LN HEEF - BEEFICKELRL,
2. BYHEOIXRY, BEROEEDIXREZVELT S,
3. BE-XEENALHIDNNEET D,
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4. MG IEROMREER(BERE. PUOHRRELCE) EZLELT D,

5. £EMICIFEOMREERITEKELTOS,

FEOR (R) DEREl R 7 —IL

OJEf&%L o

VIEROETHE DR R B, HREE- BREFIKREAEL,
2IFRIEED1-HITBED BYNGE DERB S,
3IFRER D EERDY FI=5. HIVEEERLE D BREEMETRINHELD,

ATERDREIHAHVEERHIGBRTHEEERRANDLE.

5REVRBH IV TRGEH GRS EPEEFRRANLE,

QEEE CKD EEEHEE— v

EA=1745%) Al A2 A3
iy =y =4 = RFEAE
WE&EE% (g/El) IE-% i%xfﬂaﬁ IEleEEﬁ
FREB/Cr k& (g/gCr)
0.15 ki 0.15~0.49 0.50 LI E
G1 EEF-IEE =90 % = Lo
EEFLIEXRE
G2 REIISRE 60~89 % # AL
GFR BT
B G3a BB~ HE R 45~59 = AL #
(mL/ T I
L __EEm _ mam _ mam |
ey E~EEE
7 G3b PEE~ R 30~44 AL o o
Al |r o o
m) G4 =SEET 15~29 DI i 7R
KBTS
G5 ARE <15 B e o
(ESKD)

KW EE R OCHEEESBEOMISICRIT 5 HEFHE

1. WAZWICHWDERRER, AT REICEL T,
OO DERNTHZE L 2R (72721,
WARER B DIZR D) o

2. 1RRBAGTRIC ST 2 BIEE EIC DWW TIE, @MU REFRE IO T TIREBITHIL TV DIREET,
BT 6 % ATl b BV IRIEEZ ERTA N5 2 & &35,
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3. B, EROBREN LEOBEEESIEE T EULIZEZY LR WETH L., BEERER k4
5D EMMMBEIRFICONTE, EREROME LT 5,

20



288 BCREMEXRMRERFRZAE
O WE

1. §}E

MBEMNERE T S-OITBHEGREIV NIETHHRERFH ., ARXECEGETELEWERTELIRED
T5&. LMDF=HDIEMENTEILKLGE ST, FLAS>THEITENOTGY | BAICH DU TEE
UMTEGE TSAEWNVHOEFRECTERTHD,

CCTIR . RZIDEEIRFOEREICEY, HIEEREHEXMERES X1/13 B+ (F13) RZ4E (1B
hECSREMHIR XD |, 2) B2 REMERRMEERESE VI/8 AF (F8) RZAE (RRMEMARKA) L. 3)
TBECREEERRMET+>21ILT S RFEF (von Willebrand factor: VWF) R ZfE (B O REMERMET+
224 )LT SRR (von Willebrand Disease: VWD)) 1. 4)I B2 &R R EESE V/5 BF (F5) RZIE
(WhRWEE 5 EFAIUEER—) IDAERERNRET S,

2. FRA
BERAICLDRERFOFEEEE (FVEEF2—) P TR ENDREREFLDRER SR TEIC
BRESNDEOICERERFAERDODNSIEN HIIDREELHHZEN SN EHBISN D, SRR
RE-REMOBERELERE. BEMERE. IR/ DEEE) ZHFE o TLEL, EFI DRI F HITRFFM
(ERRENRONSLL) THDH, ERMICHEMHENTESEREITHATH S,

3. fEIK

1) BECREMEXME FIS RZETIE. LDEFLRSETHANLS—MRAGIERE (PT. APTT 12E 0L E )
DEFHFEVEETIEEVICENIDLLT . BAEMT S, AOERSHWES THDRHA - KO H M
DZVD, FARDEDELICTHHIMY HAIEEENH D, RICKEICHIT S5O TEMICAY, >avy
KEERCTLLH D, BT BELLICK > THRAGAER (G HHE) DNEREZDAEEMEN H D, FICKE S
LEEENOH M TIHMARERICODESMHAHLMENO M TEBRFRICEVESTZREIL, M
ML Eb55ELH 5.

2)BCREMERME FS RZETIE. HIFERNAEELLEDN ZL BRLEH LR FTHMDCHANL Mz
ZRTLHIENZVD, MRFAGERME F8 RZE) LEGY  EEIANEMITFENTH S, 5. BEEN.
RORER . BEREA M ASEERH AL (E, MG ELYVBLIDOTEENLETH S,

3) B REMEERME VWF RZEDHMERK (T, BHTEHTHD, EHIE. BENSBREDEDET
BAOEEEOHMEREZEARARBET M. FNIRELOEEOHETRITEMNELEFEET S, BICK
EICHMLTEMmMIZAY, 23y RBEREITIELH D HFIChEEOEENO H M TIERKHZERIC,
DECHNHEMEAOHEN CIEBERERICEVESEZRIL, BMaead1581H5,

4)ECREMERME FF RZEOHMERIE. BHTEETHSA., REHMOEEEHMAZ U, i
fBlE. BENSBEEDEDETCIELADEEEDHMAEREEARARET 5. RELOEREDOHETT
FERIELIELIEFERET S, RICKECHMLTEMIZRY, Sav REEREITIELH D, 15 FBTH
DFEFIMHMEFECEEAHOARRTHLIDTEENDETHD,
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4. BEE
A. LM%
M D=OICIE, FTEDEBRFINETLTLDINEEN O THS, A RALECHIZIEMEEESE

BT HRBENHD,

1)EHCREMERRXMEFISRZETE, BEMFIEHD=HIZFI13 BIBEHFEIHITIENDETHS,
f=f2L. BEREIZESIVEERA—ORBEERRETENHLID T, FHLIZFIIHAELLEN
1755186, LT AFTHREEDEE ., BMERALIRETHS,

2) AR EMEXME F8 RZETIE., FHMHMISHLTIEEONCILMEFZRETINENH S, 1=
2L, F8 FEEICIERELENIENZ LD T, EMHILSE VIVT BFHILEEMEETOrOVEY
BEREFZIRET S (/AR ILMEE) .

3) B REMEBRXM VWF RZETIL., % 1EHS7-8IZ DDAVP $ 5L \E VWF & F & E F8 jBHEs
FEZRETEH.EFNDECHRADELCHEIZES>T VWF QEIRRBEEFBHANKE(ELDLINDT. ¥
NENDEGDIERICE>T=ERLABRIPBETHD,

4) BT REMEXRME FS RZETIE, FHHEMICHL TEONIIEMELF RS T ILELH D, -1
L. F5 RMEHEAIIHREN TR DT, FEERFEMEH SV ILRREI/NMR (F5 ZFRHFICET) I
EEH/RETHIENZL, FEHEONBVESFTE. REICHh->THRELGBREBRELNVETH
%

B. MR FREREE
HeREMHEXERERFRZENEDERITIFHATHIN. ThZTLORERFICHITIED

AN HMOFRRTHAD T, MEFEELLTRERGCETMATECMARDOEEZLEDHILELNHD,

FEBICE>TREMFEDMENERLY  B— A EERITHREINGL,

a. BIBRERTOAMREDLHYAIOT+RIT7IRGEDRENFIENENTHIIENZ L (B (XRIR
BISHIELY) , FEPRIR . IARE. BREFELEDNHDEHEE L. BIBERERTAMNREDRESEEZ 5,

b. AR MEDERIZ(X)YFL T (rituximab) 0H A HVORKRYY A, THFATIUHBEDERELE
B9 5 (RIEHEIG (L7,

c. BE. BRAEAL/70TYUEENVIC) (FHEREINTLVEL, f1ZL. BECRENHEREXYE VWF RZ
JETIE. VWF ZIEEELANILIZH BRBEESES2E0H S,

d. LLMAEICHET HIEE L AT —BNIRETH-OICIMRERER, fREREBREZLEET D,
#IZ, BCREMEBRXME F5 RZETIE. BEBIZE F5 #REREZRR TMERIREERT D&
NEEMNTHS,

e. A—Oy/NTld. BOREMEXME F8 RZTEIC F8 5 LAFEMFZEDLHGRAICLIEHREARE
FLEALNTULND,

5. %t

1) HEREEEXME FI138 RZEDFRIFRAGN, HIFERITRENE VD THEZH SN SFAFI18].
AUEHICHMIET HFHW1E FRICHEYBELTHMES 560118, BELTRAEEFOD
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FEBIAFI2E], RAER1ERBTHBRPDEGFNKI2E] ., EFREHDEFNKISEITHS,

2) HEREMERRME F8 RZMETIE. FB AUEES—IF. RENGIEREICEYNST-AIXERT HENS
WA, BIRAT BB DLKHE N F8 BEREARELTWS ELHY . EHMBREZEC R OZE
BENMVDETHD. RTEF2~3F LG HMELYHRENFIEEPDORBRREENLZLNDOT, BREL
EENABDETHS.

3) HEREMEXM VWF RZETIE, BEEMGHMZES SN BAICERISES HERETEET
HEN . BRITEHFLTREICOIDTEET DERHDERN, oI Lo ABBLI-RICERT
BIEHFILHLHDT, EHHREZEORABOEEBHEENVLETH D,

4)BCREMEXRMEFS RZAETH, BARICERISET HEFMNSHIFENGHNET T HEFNETEETH
YORRICERLTREICODI>TERES HEFIB DN, SHIZ LW ABRLI-RICERT HE
BILHESNTLOEDOT, EHHNREZECRPBOBRBEENVETHS. 4H. BARRINI-E
SEIRDEEHITH, FRHEIMERNR LN S ARENEAH LD T, EHHEREBHRENALETH D,

O EHQHEICHELEHE
1. BEH
3700 A
2. RFHOHE
T (B REEREEORENETESNINBBEEINTOEL,)
3. MBEMAEAE
RN (RHEBE CREMFIEL AL BN+ RIS TV, )
4. REDOES
DEGAET. BREBRERYERT,)
5. BEEE
HY RV LB AR IEMFSOLIRLE)
6. EREENE
BEVERICEEHRME 1B ERILFIZEEMEL. HRET D,

AR EREMREEIBCRAEHHE MEABROMITALID O DRERELIMRENIZRIEHD
YERK ]
MARERE LUREXZEFHI FREF LEHR —#HAT

BAMmizIEMPS RREODRBATIRSIUEREESR
RKEE KRERXKFNERE £HE Bh—8

BAmiziEM$SE BOREMEHEME FXI/13 ZMEEEREZES
REE UWRKZEFHI FREF LEHR —#HAW
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<EEEE>
1) BCREMBRRMEERESE X1I/13 B+ (F13) RZ4E (I8 : B REME MR XI: AHXI/13) DA %E
Definite. Probable Z3xf£&3 5,

A. EERE
(BE1FLRNICREL-EMERLH S,
(2) XM EEEERE F13 RZEDREREIEL,
(3) HMAEK DEEEEALEL, FFITBED LM BT MG, FlT. Rl 204 LE) (- mndi,
(4) FUBEZE ORI/ MREGE DBEIREH L,

B. REMER
1. BEMBRETFRBICEATA/N\IA—E—DEELNHS(BEEILFEE. IREN 50%LLT),
(DFI3EE.FI3IREE  EFE. mEELLET,
f=f2L. —HOEH. HIZ (L. A F13-B YT 1=—vrEESRAENERDER TIE. FELAETORE
P F13 HACKDBEICE>THMELLEEEHFEIALLIENH S, FISEMOEEDNE T
AHXII/ 13585, L DEH D BRERFOETE2HF > TEE~PEEICETIIE5EISBELLENE
EE {& 2% (disseminated intravascular coagulation:DIC) . EE DA HKRELEIZLDAIZREFIIRZETH
BITENZLY,
(2)F13 LLEM CEME MR E) M FI-A ST 1=vrEEHRANREDIZFLAE DIEH TIFETLTL
5. L F13-B 4T 1=y EERANREDEFI CIEEETHS,
(3)F13-AHYTA=yb FI3-BHT1=Vb F13-A,B, HIRE M FISHEHRADZAT tHRIZK>T.
BRAGIEEFTETLTLS,
2. EEZWABRE
(WFI3 AV EER—DFET D *,
ML T UEZTIREECTIVEYAAELGE LRI EFMBLDORERARER (37°CT 28R
MRE) RE DERERRE TB%.
()R FI3 BEMENEET D .
A L/7OykiE ELISA, 4L /90T MELEE D REFHBRE TEE,
IERUR FERUNVBENRETHAHEL-FRDIMEDERH AN T, BB ETNITE DR EINHZE
BEIZLHIAEERICEET S,

C. #RIEZk
B (EXRM)FI13 RZIE (TH T AHEFERAK) . R4 F13 RZAE (B4 M E N EFEIZ 2 (DIC) . F
fiT. sME. BIRLGEDMBREMEES. EEFERE. FEE. AN/ uk-2xo 54 LBR. B REMER
RECEBMXREX. 70— REE) ] BEREMEXRY F8 RZME (BRXMMKRRE A) LEXET+ 1
IWT SR (VW) FEIEEE (AVWS) (JFICE S REME XM VW IE (AVWD)) . BEE REMEXMSE V/5 BF (F5)
RZEGEDHMDLETHOEHEREEEREH MFLEEEZRNT 5,
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<EWohTI)—>
Definite: A2 T+BN1H LUV 2-(2)FiET-L. CERRMLIzED
Probable: ADET+BMD1H LUV 2-(1) FimfzL. CERRILIZED
Possible: ADZT+BND1Z&&E=3+HD

<&EmR>
1. — MR ERE
(1) AR @ E X EE
(2)PT EAPTT: BEIFEE
(3) /MRS EHEIFIEE

2. ZDHOERE

(1) f/MRA F13-A R E (HAUME F135EM) R I/MrEZARML TCRET HEEEENREINDLD
T. %X EEH FI3 RZEDAEEEZRNTIDICHERATH S,

(2)F13 EEIR 5 5AER : AHXI/13 DIADERE . AEHRBTHONITELIELH D, V)T IVAT
ERRATE. FI3ZEFTHMEEFND FI3 MAEDEURELCHFHAEHETHILITEST, B
EDTTENBRREIZ D, =12L. BRETTHEIX AHXI/ 13 (SRR R TIEAW, PRI T,
FI13EMEDEUNE L FIAZHET S LICKo T FIS FHBEENERIND, FIS EFHELNFRES
FEFICAE T AELFECGEE MER)BHETES, CNOoDRE(L. REINLD F13 HEIDIRS
EOMHR. HME0LmAETEZI A LTLERATH S,

2) B REMHEBRRMEERESE VI/8 BF (F8) RZAE (BXRMMERKBA) DS ELE
Definite. Probable Zx{%& &9 5,

A. fEIRE
(MiBE 1 FLURICREL-HDEKRLHS.
(2) K% AGEIGTE F8 RZJE) DRIEEMNELY,
(3) HIFEK DEREDZEL $FITBE D L MM E T (FME . FHlT. $REE. D IRALE) [TfE->f-Hmb AL,
(4) g EZE LR M/NMRELRE DBEIIE S MG,

B. REMR
1. BEMBRET R EED/N\TIA—F—DEENHSHBE(L F8EMHE. F8 IRENEEME®D 50%LLTF),
(1)F8 ;&M (F8:C) (b TELIET
(2)F8 IR E(F8A): BHEITELJET
(3)F8 LLEM CEME MR E) - BEIFELET
2. EEZWRRE
(DAPTT REREGHBRTIUEES—ETH S,
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fE 5 D M 37 L2 E R B D MiFZE SRR ISR FUES LT, ST C T2 MMAEL TH S APTT ZBIET 5,
TREIZHTHONIETRZE | TAoEES—EM. LRZFICHTHOIIETA U EES—& | THHEHIET
3. 56 M VIEEBRIKEBRBEDIL—TRAT7oFaA7T ST EESERICAPTT ZAELCHER
FEOEENROONSDOTENFRESE) . BAICHERATHS.

(2)F8 /f‘/l:l:“a—(}iililﬁﬂﬂ%lll?)75“7?7“9"6

HEAE : —EEDREFBMIBTITFRR L ICEERRUSEF O MFELRESL T, 26:/H 37°CTMEL
THhi5&TF F8 ;ﬂié;ﬁumé’f‘é (RERFTE) . TE2EEER (Z4T1) EXTLAETR (Z14T2)(VEER
—hiHY . EREMRBATIEEENZ DT, FFEFS BN 50%FBR-FREERLZALNTIUEE
F—hiizHEHTHERL,

(3)fn F8 BRI *HEFET B,

FEEEMMAKE, TIHERER(AL/TOYNE ELISA &, A L/7OXMNELRE) AV TRESM
[CRHEND, F8 A1VEES—, T hbhbhinin F8 Bohikd. REFHNAEZTRESh, MEIZFHE
795 F8 BEMALEBICERE T HENAIRELD T, mE . REMFIREZOME., BEROHIFE
BABRICERATHAILEFINA TS,

*HmMGERKEELCLZOR F8 BERAGERRYE BRABCHR)LHEAETHIIENRESNTLELDT. A
-(1)EB-1DHVEDIERERRICE O,

C. #AIE2H
MR AGEIGHE F8 RZJE) . EXMESE V/5 BAF (F5) -F8 AR ZAE. £ TH R F8 RZJE (1BFEH
& MR EREIREE (DIC) 4 E) . GEEM) 74094V TSURE (VWD) BEREREREIAI4LTS
VR (AVWD) . £ TOZRETA2 V(LT SURERE (DIMERE . AEMEN/NMRIE S, FARAREEE
BTE. Yo\ RITEHIEBEEEBLEDHELRRERELNHLFEBCREEERME T V(IILTIUF
FEIREE (AVWS)) . B REMERMEFISRZAE. BCREMHRRME F5 RZE. i) VIBERAERBEGLE
i AN R

<EWohT3)—>
Definite: A2 T+BND1H LU 2-(3) FimizL. CERMILIzED
Probable: ADET+BMN1+BM2-(1) XIF2-(2) &=L, CERRIILIzLD
Possible: ADZT+BND1Z&#E=3+HD

<&EmR>

1. — MR RERE
(1) H M5 BE LIEE
(2)APTT: I ER
() M/MREBEILESR

2. ZDDIRE
(1) 7#4294)L TS REF Ristocetin cofactor ;&M (VWF:RCo) @& . IEE H DL I (K mk¥F)
(2)VWF fiRE(VWFAg) B HE . IEE H AL ETIFIN (H MM k)
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3) HERBEMEEME T Y LTS RET (VWP REZE (BB aBE R R T+ oL TSR
(AVWD)) M2 B4
Definite, Probable Zxf&R &9 5,

A. fEIRE
(MiEBE 1 FLURICREL-EHDEKRLHS.
(2) 74294V T SRR (VWD EIEHSE VWF RZHE) DRIEEHIZEL,
(3) HIFEK DEREDZEL $FITBE D LM BT (FHif . SME . IRE. D IRAL) (T ML,
(4) g EZE LR M/NMRELRE DBEIE S HEL,

B. REMR
1. BHFEMBRE T VWF BEED/NSA—2—DEEHNH S (EF X VWF Ristocetin cofactor ;&4 (VWF:RCo) .
VWF iR 2 (VWF:Ag) BN EZEED 50% LLT),
(1)FVI/8 &M (F8:C) E T HAULMEIEHE
(2)VWF:RCo & VWFAg @& (ElE &L
(3) VWF Lb;EM (VWF:RCo/VWF:Ag)  BE [EhEEN OB EITRE D
2. EEZHRRE
(1)VWF 1V EEA—DFET B,
VWF & GP (Glycoprotein)lb EDMEERAZRET MK (12 EES—) BFET 1IX. VWFRCo
/" Ristocetin-induced platelet agglutination (RIPA) 7y A/ ZHAWV-IEEMFLDREREGHAER (37°CT
2FFEINRE) THEEMIICIRHE T 52 EMNTES,
(2) 1 VWF BERADIEFET S,
JEh AN (FEFEEM) PuRE. EITHAREBR (AL /TOYRE ELISA (k. A L/HONERE)ZAL
TREFHICERHENS, FAER VWF BERAEK(AUEES—) L, REFMAEATREEINS,

C. AN
THo94IVITSURREGEEHE VWF RZJE) . E TDZREITA2 94V T SUREERR (DMERE ., K
BEtE /MRS 2 . FIKIRISEEIE TIE. Vo N\ R I BHIEERELEORBLERREENHLIEBD
REMERRMETFVAIVIFUNER) . BECREMERMEFI3RZE. BEREMERME F8 RZIE
(BRMEMRKRA) . BECREMEXRYE F5 RZELEZRNT S,

<gHohT3)—>
Definite: ADETH+BD1HXU2-(2) &=L, CERILI=LD
Probable: ADE£T+BND1HLU2-(1)Z#HI-L. CERRILIzLD
Possible: ADET+BD 1%Lt D

<ZEHR>
1. —RIRRERE
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(1) MBS ERHDUVDILIEE

(2)APTT: ERHDHWEER

(3) /MR EERE . B HAHULITIENM

2. TODRE

(1RIPA:IEE . B HAHLERIN

(2)VWF T)LFIX— EEHANWIEE (BRI FEIILFI—RMHLHLEEL)

(3)VWF 2 55488 . VWF £ F8 BMEEAIZ R 5L T, BEMNICVWF EHERREXREL .. ZDEUE,
FRHEEETHIEITES T MANSDBRERE (V)T FU ATTER R WIEMEE (PRERK)
DEBRERELZETETHIENTED, 1L, BIREQETOFREEAD ERET AVWD [ZHFEMGRR
TIE7EL,

4)BCREMHERMERESE V/5 AF(F5RZIE(WHPEE S5 FAFAIUEER—) DEHEE
Definite. Probable Zx{& &9 5,

A. EERE
(1)BE 1 ELRICHKAELE DRI HD,
(2) I\ KR GEEM F5 RZE) DREREMLEL,
(3) HMAEK DEEEALZ L AFITBED LM AT (SME. FHii. RS, 78745 E) [T mb AL,
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INSIKRIE GEIEME F5 RZE) . £ XM F5-F8 AR ZIE. ETHRM F5 R ZHE (FBREMEME N EE
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TE2ERBO-HICKENEENRAON, RKENF1—ITNBATETICRIMNDEIELLEL,
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